Congenital cardiac defects are relatively frequent malformations with a prevalence at birth ofnearly one per cent. They represent a very heterogeneous group ofmalformations from the point of view of both pathogenesis and clinical significance. The rate found in a population will depend on inclusion or exclusion of less serious forms. This will also affect studies on the aetiology of cardiac defects. It is therefore important to subdivide the cardiac defects into meaningful more uniform groups which can be suitable for studies on aetiology, recurrence risks, etc. In this study, two Swedish registries are used to identify cases of congenital heart disease in the country during the period [1981] [1982] [1983] [1984] [1985] [1986] . A description of the material is given, with a proposed grouping of the defects. A specific stress is laid on various epidemiological characteristics.
Methods
The data were collected from two Swedish registries.1 (1) The Registry of Congenital Mal- formations was started in 19642 and is based on the reporting of Swedish newborns with serious malformations diagnosed during the first week of life.
All livebirths and stillbirths after the 28th week of gestation are included. The criterion for registration of a heart defect is that it should, during the first week of life, give cyanosis or cardiac failure, or result in death. Infants are registered only when reported within 6 months after birth. ( 2) The Child Cardiology Registry, formed in 1980, identifies infants with a cardiac defect diagnosed at one ofthe four child cardiology centres in Sweden during the first year of life. These four paediatric cardiology units are located in Stockholm, Uppsala, Lund, and Gothenburg. Only infants with a heart defect diagnosed by echocardiography, cardiac catheterisation, at operation, or at necropsy are included. Up to four extracardiac malformations can also be registered. Patent ductus arteriosus in infants younger than three months is not recorded.
The heart defects are reported in plain language and are coded with a slightly modified three digit ISC code. 3 Up to eight such codes can be given to each infant. Information may be supplemented or modified up to the age of two years.
GROUPING OF CARDIAC DEFECTS
A grouping of the cardiac defects was made into nine main groups, four ofwhich were divided into subgroups, and a new two digit code was given to each group as shown in table I which also gives for each code the number of infants with that code and the percentage of all codes.
The first group represents the truncus anomalies (codes [10] [11] [12] [13] [14] [15] and includes: common truncus, transposition of the great vessels, double outlet right ventricle, pulmonary valve anomalies (including tetralogy of Fallot), aortic valve anomalies (except hypoplastic left heart syndrome), and other truncus anomalies.
The second group is characterised by septal defects (atrium and/or ventricle; codes 20-23).
The third and fourth groups represent the mitral (code 30) and tricuspid (code 40-41) valve anomalies, respectively. In the former, hypoplastic left heart syndrome is not included.
The fifth group is hypoplastic left heart syndrome (code 50), and the sixth is endocardial cushion defect (code 60).
The seventh group represents artery malformations (codes 70-72) and includes: aortic malformations (except coarctation), pulmonary artery malformations, and ductus anomalies.
The eighth group represents coarctation of the aorta (code 80), and the last category includes all other cardiac malformations (code 90).
For the cases with only one reported heart defect, a computer program was used to transform the codes. The diagnoses of infants with several reported heart defects were studied one by one and malformations thought to be secondary to another defect were ignored in the analysis. All cases that presented a patent ductus arteriosus only and a birthweight below 2500 g have been removed from the material.
Proportions were compared using x2 tests without Yates' correction.
Results
During the period 1981-1986, 1605 cases of heart defect were reported in the registries mentioned above, among a total of 573 422 births. Originally, 1625 cases were identified but 20 were removed because the diagnosis was not considered as a heart defect. This gives a prevalence at birth of 2.8 per 1000. Table II gives the number of cases, the total number of births, and the prevalence at birth each year. There is no heterogeneity between the years (X2= 3.15 at 5 df, p>0.05). anomalies (9%). these were removed, the prevalence at birth was almost three per 1000.
It is possible that some infants have an onset of cardiac symptoms after the perinatal period and die before the age of one year without being reported to the Child Cardiology Register. These infants may be identified by death certificates. In their study, Carlgren et al used death certificates as a further source of information. They found, however, that the diagnostic quality was very poor. It has to be underlined that a slightly lower ascertainment is often the price to pay for high diagnostic quality.
The prevalence at birth of 2.8 per 1000 found in the present study for the period 1981-1986 roughly agrees with the results of previous studies using similar selection criteria. Carlgren6 found a prevalence at birth of 6.4 per 1000 in Gothenburg, Sweden, with a follow up period of up to 16 years. If the congenital heart disease was confirmed by either catheterisation, surgery, or necropsy, the prevalence reached only four per 1000.
In the New England regional infant cardiac The tendency to have associated extracardiac malformations appears to be different in the different groups of heart defects. We observed for example that this tendency was higher in the group of septal defects than in the group of truncus anomalies. The other differences observed between groups of defects, such as sex ratio and number of heart defect diagnoses, show that this classification may be suitable for further analyses of congenital heart defects.
Acutis et al '5 found that approximately 33% of infants with Down's syndrome had a congenital heart defect. Among 257 such cases, 16 were operated on for congenital heart disease (6.2%). Among them six (38%) had endocardial cushion defects, six had ventricular septal defects, two (13%) had atrial septal defects, one (6%/) had a patent ductus arteriosus, and one had Fallot's tetralogy. In 1961, Rowe and Uchida'6 found that in infants with Down's syndrome and cardiac defects, 36% had endocardial cushion defects, 33% had ventricular septal defects, 9% had atrial septal defects, 10% had patent ductus arteriosus and 10% had Fallot's tetralogy. In our study, the most common cardiac defects in Down's syndrome infants are also endocardial cushion defects and septal defects. The rate for endocardial cushion defects is higher in our study, while the rate for septal defects is lower, than in those quoted above. This may be the result of different definition criterion for each malformation.
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